Abstract
Introduction
Polymorphous low-grade adenocarcinoma (PLGA) is a malignan t neopl asm that almost alwa ys arises in the minor salivary glands. It generally involves the palat e, but it has also been repo rted in the base of the tongu e, upper lip, buccal muco sa, tonsil, and retromolar pad. The tumor is fairly co mmon and generally follows a benign clinic al course. The prognos is is quite good, explaining the " low-grade" nom enclature. Recurrences are uncommon, as are metastases.
We report a case of a recur rent PLGA that manifested as a large mass in the left midfac e. To our knowl edge , th is is the first reported case of a recurrent PLGA of the paranasal sinus es.
Case report
An 84-yea r-o ld man presented with a 3-month histo ry of progress ive swe lling of the left maxill a. The patient had a history of pleomorphic adenoma of the palatal area, which had been treated with a partial surgi cal excision appro ximately 4 years earlier. He had don e we ll until he notic ed the increasin g swelling over his left midm axillary area, which had caused significant nasal obstruction. Physical examin ation reveal ed the presence ofan expansile mass that had arisen from the left maxill ary alveolus and extended superiorly to the orbital floor. The face of the maxilla was eroded and displaced ante riorly. The floor ofthe nasal cavit y was replaced by the cystic mass, which extended across the midline and over to the right maxillary sinus remn ant. Th e mass extended superiorly on the left to the orbital floor. Evidence of the previous partial maxillectomy was noticed.
Co mputed tomograph y (CT ) demonstrated a large complex mass arising from the maxillary sinus , primarily on the left side ; extens ive bony destruction was evident (figure I). The inferior orbital wall on the left side was eroded, as was the ethmoid region. Anal ysis offine-needl e aspi ration biopsy revealed the presence of only a few atypic al cells.
The patient was brou ght to the operating room , where a partial maxillectomy and tumor debulking were performed via a lateral rhinotomy appro ach.The incision was extended along the gingival buccal sulcus in a Caldwell-Luc fashion. Intraoperatively, we noted that a large multi lobul ated mass had eroded the ma xilla, including the maxillary floor, the palatal area, and the alveolar ridge. The tumor extend ed posteriorly to erode the poste rior wall of the maxilla and laterally to invol ve the lateral wall of the maxilla and the orbital floor. A partial maxillectomy was performed, and the mass was resected. A portion of the capsule was allowed to remain on the orbit al floor where erosion was noted . A portion of the palate was resect ed, and the orbital floor and the periorbita were left intact. The palatal defec t was not closed.
The excised tumor specimen measured 3 x 6 x 2 ern. No definitive capsule was identified . Th e cells were small and lackin g in nucle ar atyp ia. Mitotic figures were absent. Under low-power magn ification, the cent ral port ion of the tumor was solid . Small lobules of cells were located in the periphery of the lesion. Under higher power, most of the tumor cells themselves were bland and relativel y uniform . The round and ovoid nuclei were either normal in size or slightly enlarged ( figure 2, A rare . The histopathologic appearance was most suggestive of a PLGA.
Postoperatively, the patient did well and his nasal congestion was minimal. At the I-year follow-up, he showed no signs of disease progression.
The pathologic diagnosis ofpleomorphic adenoma was originally made 8 years ago . This tissue was subsequently reviewed at our institution, and the specimen was consistent with a diagnosis of PLGA.
Discussion
PLGAs are malignant epithelial tumors characterized by bland, uniform nuclear features, diverse but characteristic architecture, infiltrative growth, and prominent neurotropism ( figure 2, B) . PLGAs arise almost exclusively in the minor salivary glands.' Histologically, one of the characteristic findings is the formation of small tubular structures that have distinct central lumens that are lined with cuboid cells. These structures are sometimes associated with streaming columns that give them a target-like appearance. In addition, cribriform, cystic, and papillarycystic areas may be seen in the same specimen.The stroma is collagenous, but sometimes hyaline features develop. Psammoma-like calcifications are occasionally seen.
Because ofthe cells' prominent neurotropism, perineural infiltration is a frequent finding. In fact, perineural spread is more common in PLGA than in any other salivary gland carcinoma, including adenoid cystic carcinoma. Perivascular invasion is sometimes seen , but it is less common than reports, other authors have distingui shed papi llary and nonpapillary variants of PLGA. The papillary varia nt is more likely to recur, to meta stasize to regional and distant sites, and to result in death.' Since the origi nal description of PLGA was published , this entity has been recognized wit h increasing frequency. In their study of a series of 426 minor sa livary gland tumors, Waldro n et al reported that PLGA represented 11 % of all tu mors and 26% of mal ignant tumors .' Combined data fro m the Ar med Forces Institute of Pathology showe d that PLGA acc ounted for 7.4% of all minor salivary gland tum ors and 19.6% of those that were malignant . ' PLGA usually occurs at the ju nction of the hard and soft pa lates . Other sites incl ude the buccal muc osa and upper lip." Rarer sites that have bee n reported inclu de the nasopharynx and the nose. Occasionally, the tumor arises in the floor of the mout h; a large tumor in this location may present as a neck mass.
Although the number of cases of PLGA wit h long-term follow-up is limited, various investig ators have followed patients for as long as I I to 37 years. s'The reported recurrence rate ranges from 0 to 30%, and the rates of both regional and lymphatic metastasis are approximately 10%.6
The appropriate treatment for this disea se is wide but 1 --------------------------, conservative surgical resection. There are no data showing any benefit to adjunctive chemotherapy or radiation therap y. Unlike the case with other adenocarcinomas , tumor metastasis and death are rare, whic h indicates that PLGA is a distinct clinica l and patho logic entity. 
